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Dear Editor,

 {#ajd12781-sec-0001}

An otherwise healthy 4‐year old girl developed over several months a 1‐cm erythematous papule on the dorsum of the left foot. The papule was excised elsewhere, under a clinical diagnosis of pyogenic granuloma and the defect was closed by a rhomboid flap. Ultrasound imaging showed no enlarged lymph nodes in the inguinal region. Several weeks later, several papules similar to the first emerged within and close to the excision scar and a re‐excision was performed. Histopathological examination of all excised papules showed a proliferation of spitzoid melanocytes, with compact and mitotically active dermal nests and a relatively high number of MIB‐1‐positive nuclei. HMB45 and p16 staining were negative (Fig. [1](#ajd12781-fig-0001){ref-type="fig"}a,b). Lymph vessel invasion was noted. At that point the patient was referred to our hospital and the case was reviewed by an expert panel. Considering the clinical features of many monomorphic pink papules in a very young child, agminated Spitz naevi was thought to be the most likely diagnosis. However, some uncertainty was expressed with regard to the biological potential. Surgical excision of the entire lesion was recommended (Fig. [2](#ajd12781-fig-0002){ref-type="fig"}) as well as a close clinical follow up, including ultrasound of the draining lymph basin. After 6 months there were no clinical signs of local recurrence, but an ultrasound revealed many enlarged ipsilateral inguinal lymph nodes, up to 2.7 cm in diameter. The largest lymph node was excised and showed an extensive deposit of the Spitz tumour (Fig. [1](#ajd12781-fig-0001){ref-type="fig"}c, see Data [S1](#ajd12781-sup-0001){ref-type="supplementary-material"}). In view of the large size of the lymph node deposit, we concluded that it represented a metastasis, and the diagnosis was adjusted to most probably spitzoid melanoma. A positron emission tomography--computed tomography scan showed activity in another lymph node of the same lymph node basin. An inguinal lymph node dissection was performed, showing that one in six lymph nodes were tumour‐positive. She additionally received temozolomide in monthly courses for 1 year. Two years after diagnosis, no distant metastases have become apparent.

![(a) The superficial part showed features compatible with Spitz naevus. Intradermal islands of enlarged, rather monomorphic spitzoid melanocytes, with increased, non‐pigmented cytoplasm, with enlarged but monomorphous nuclei and few mitotic figures are seen (H&E, x400 magnification). (b) The deep dermal part of the lesion offers clues of the malignant potential of the disease: rather compact, nested architecture, lymphatic invasion and deep mitotic activity. Lymphatic invasion is not a formal proof of malignancy, since it may be occasionally encountered in benign Spitz naevi (H&E, ×400 magnification). (c) Spread to the lymph node showed somewhat more spindled melanocytes, but they were otherwise identical to the ones of the skin lesion (H&E, ×400 magnification).](AJD-59-e234-g001){#ajd12781-fig-0001}

![Recurrence of many papules in and close to the excision scar.](AJD-59-e234-g002){#ajd12781-fig-0002}

Discussion {#ajd12781-sec-0002}
==========

Initially the diagnosis was agminated Spitz naevi.[1](#ajd12781-bib-0001){ref-type="ref"}

Thus far, there have been no reports of malignant transformation occurring in patients with agminated or disseminated Spitz naevi. Unlike the previously published cases of agminated Spitz naevi, our patient demonstrated histopathological features of a Spitz tumour of uncertain malignant potential. Despite the clinical similarity with an earlier report of agminated Spitz naevi with a benign course[2](#ajd12781-bib-0002){ref-type="ref"} our case was histopathologically ambiguous with regional lymph node involvement. Nevertheless, the prognosis remains unclear. Immunohistochemistry, sentinel node biopsy and molecular analyses have thus far not been able to distinguish ambiguous cases accurately.[3](#ajd12781-bib-0003){ref-type="ref"}, [4](#ajd12781-bib-0004){ref-type="ref"}, [5](#ajd12781-bib-0005){ref-type="ref"} Similarly, immunohistochemistry provided no concluding diagnosis in our case. A sentinel node biopsy was not performed because of the apparent lack of diagnostic and prognostic value.[4](#ajd12781-bib-0004){ref-type="ref"} In our patient\'s hotspot mutation analysis or next generation sequencing showed no pathogenic variant and therefore provided no additional diagnostic or therapeutic value. The rapid development of major lymph node involvement, favors a diagnosis of spitzoid melanoma rather than a benign melanocytic lymph node aggregate. Fortunately, thus far no other metastases have been detected.
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